Ichthyosis, spastic tetraparesis, and mental retardation were first described as a syndrome by Sjogren (1956) and Sjogren and Larsson (1957) reporting on 33 patients from a Northern area in Sweden. This genetic and statistical study enabled those authors to postulate an autosomal recessive entity the mutation of which had occurred about 600 years earlier. Very soon similar cases were published from different parts of the world (Blumel et al., 1958; Link and Roldan, 1958; Richards, 1960; Baar et al., 1960; Zaleski, 1962; Heijer and Reed, 1965; Selmanowitz and Porter, 1967) . Gomes da Costa and Menano (1963) were the first to report from Portugal on such an entity-a male child who presented at 15 days to a paediatric department in Lisbon as a 'collodion baby'. One sister with similar skin lesions died at the age of 19 days and the family tree shows that their grandfathers were half brothers.
The ichthyosis, as in Rud's syndrome, is of congenital type (Wells and Kerr, 1965) : the flexor surfaces are the site of predilection, the face is usually involved, and ectropion is very often present. In addition to the increased platelike hyperkeratosis, there is erythema. Histology shows marked hyperkeratosis, the granular layer is increased, and perivascular infiltrates are present in the clinically evident areas of erythema (Schnyder, 1970) , features which differentiate this type of ichthyosis from the other types.
No biochemical abnormality has been so far described in the Sjogren-Larsson syndrome, including the results of analysis of cutaneous lipids (Selmanowitz and Porter, 1967 (Fig. 1) ; the trunk and the flexion areas were the most involved ( Figs 2 and 3) ; the palms and soles showed a keratoderma, and no dermatoglyphic pattern could be seen. The two last fingers had no terminal phalanx and the left middle finger was in deformed flexion (Fig. 4) 11 years old, is entirely normal on clinical examination and doing well at secondary school. We have then a sibship of four with three affected members. Their parents are first cousins and entirely normal on clinical examination. Bisalbuminaemia is present in the propositus IV2, in her mother III20, and in her normal sister IV4. The condition is indicated in Figure 16 by a ringed line. Protein electrophoresis was performed in those cases marked by a dotted line.
Three deaf-mutes (1114, III5, III21) and two cases with 'foot deformities' (116 and 11117) were also referred.
DISCUSSION
According to Richards' extensive review (1972) (Sandor et al., 1965) , in some members of a family with goitre and deafness as well as the healthy ones (Fraser et al., 1959) , and in a peculiar condition which presented as 'blue hands' (Franglen et al., 1960 
